SUMMARY Clinical, haemodynamic, angiocardiographic, and necropsy findings are reported in a newborn infant who presented with typical findings of the severe form of the syndrome of absent pulmonary valve. In addition to the usual findings of aneurysmal dilatation of the pulmonary arteries, pulmonary insufficiency, and stenosis, this patient had an intact ventricular septum and large ductus arteriosus. The former is a rare finding and the latter is not known to have been reported in a patient with the severe form of this syndrome.
The syndrome of congenital absence of the pulmonary valve is a relatively rare but well described cardiac anomaly.'`3 The severe form of this syndrome, characterised by pronounced respiratory distress presenting soon after birth, has been attributed to tracheobronchial compression caused by aneurysmally dilated pulmonary arteries.3 The vast majority of reported cases with the severe form of the syndrome had an associated ventricular septal defect and pulmonary stenosis, usually at the level of pulmonary annulus.' -Absence of the ductus arteriosus, found in a relatively large number of these patients, has been implicated as an important factor contributing to the prenatal development of pro- 3 Atelectasis and obstructive emphysema, secondary to tracheobronchial compression from the aneurysmally enlarged pulmonary arteries, lead to severe respiratory distress in many cases. Many infants die of these severe pulmonary problems soon after birth.3
The aneurysmal dilatation of the pulmonary arteries has been attributed to several factors. The haemodynamic effect of increased right ventricular stroke volume due to severe pulmonary insufficiency and poststenotic dilatation secondary to pulmonary stenosis have been felt to be of major importance. ' 3 The severity of pulmonary stenosis, usually due to a small pulmonary annulus, may be exaggerated by 604 Thanopoulos, Fisher, Hastreiter the presence of immobile nodules of tissue at the level of the pulmonary annulus. It has been shown experimentally that the degree of stenosis is important in the production of poststenotic dilatation of a vessel.9 If the degree of stenosis exceeds a critical level, the blood flow through the stenotic orifice is too low to produce poststenotic dilatation.9 The unique case of absent pulmonary valve associated with a considerably stenotic pulmonary orifice and small pulmonary arteries reported by Campeau et al"0 supports this theory.
Intrinsic changes of the pulmonary arterial wall, mainly of the elastic tissue, have been also implicated in the production of pulmonary arterial dilatation.8 Similar changes of the pulmonary arterial wall, however, have been reported in normal infants up to three years of age"1 and have been also found in cases of experimentally produced poststenotic dilatation. 9 Emmanouilides et al found an increased frequency of absent ductus arteriosus in this syndrome.3 They postulated that in these cases absence of the ductus arteriosus in fetal life prevents run-off of the increased right ventricular stroke volume into the systemic circuit, and in the presence of the high resistance of the fetal lung, results in the pronounced dilatation of the pulmonary arteries found at birth. Reports that patients with isolated absence of the pulmonary valve had a ductus arteriosus and did not have aneurysmal dilatation of the pulmonary arteries support this theory. The unique findings of pulmonary artery dilatation with a large ductus arteriosus in our case suggest that the absence of the ductus is not critical in the pathogenesis of pulmonary artery dilatation. The single common factor in cases with pulmonary artery dilatation appears to be a narrow pulmonary orifice. We postulate that pulmonary stenosis at the level of the pulmonary annulus in association with increased right ventricular stroke volume is fundamental for the genesis of aneurysmal dilatation of the pulmonary arteries, which is the hallmark of the severe form of this syndrome. It was the absence of pulmonary stenosis and not the presence of a ductus arteriosus which prevented the development of aneurysmal pulmonary artery dilatation in the cases of isolated absence of pulmonary valve mentioned before. 
